The rash of angiokeratoma corporis diffusum (ACD) had been considered diagnostic of Anderson-Fabry disease until Patel1 described it in association with fucosidosis. Later it was reported in the presence of a deficiency of 3-galactosidase activity.2 The affected girl and boy in the family recorded in this paper have angiokeratoma corporis diffusum, mental retardation, and some features of a mucopolysaccharidosis.
Case reports CASE 1 This case, a girl born 8.5.64, is the second child in a sibship of four, the first and the third being normal; the fourth, a boy (case 2), is discussed below. The parents are of Scottish extraction and there is no known consanguinity. She is of short stature (133 cm), weighs 40 5 kg, and is kyphotic and potbellied. Her features are gargoyle-like, with coarse skin, sunken nasal bridge, protruding lips (fig 1) , and stubby hands and feet. There is a flexion deformity of her elbows, knees, and fingers. Her hair is dark, coarse, and curly and the back of the trunk is hirsute. She has a constant coarse tremor of her hands. She is sluggish mentally and physically and is only able to respond to simple commands, indicate her needs, and dress with assistance. She does not communicate with patients other than her brother. Her head circumference is 54 0 cm and her mental age is 2 years 5 months (Stanford-Binet intelligence scale). She is in the medium grade category of mental deficiency. Since admission to hospital at the age of 4 Features in common with fucosidosis include the eruption, coarse features, and mental and neurological deterioration. The girl, with the more profuse eruption, appears to resemble the patient described by Primrose.'0 They differ from the majority of cases of fucosidosis in that there is, as yet, no evidence of cardiomegaly or of splenomegaly.
In contrast with 3-galactosidase deficiency, neither shows evidence of marked cerebellar disturbance, although the girl has a tremor. There is no loss of sight nor are there cherry red spots in the retina.
Comparison of the lysosome morphology in case 1 with that found in the mucopolysaccharidoses and mucolipidoses14 and sphingolipidoses15 also points to a separate disorder ( significant that ao-fucosidase is involved in the degradation of the blood group glycosphingolipids three steps before the production of a ceramide dihexoside. This is also produced by oc-galactosidase deficiency in Anderson-Fabry disease while ,3-galactosidase is involved in the same degradation process. The occurrence of two affected sibs suggests an autosomal recessive mode of inheritance. The family history tends to rule out consanguinity in the parents, although they do come from the same sparsely populated and remote area of the northwest coast of Scotland.
It is submitted that the two cases presented in this paper are examples of a hitherto undescribed form of lysosomal enzyme deficiency disease. 
